steatorrhoea. She was treated with a low fat diet and remained symptom free on this regime until 1967, when at the age of 58 years she developed vomiting, flatulence, abdominal distension, and weight loss. She was anaemic with a haemoglobin of 9 9 g/dl. and had a faecal fat of 48 mmol/24 h. Jejunal biopsy was consistent with coeliac disease and she responded clinically to a gluten free diet.
She presented again in 1972, while still on a gluten free diet, with a three year history of flatulence, vomiting, and weight loss, and more recently colicky abdominal pain. A mass was palpable in the left upper quadrant and the haemoglobin was 8-6 g/dl. A barium follow-through examination showed obstruction of the upper small bowel. At laparotomy an obstructing tumour 12 cm below the duodenojejunal flexure was resected, along with an 18 cm segment of bowel. Histology revealed a primary adenocarcinoma of the jejunum with flat mucosa throughout the length of the resected specimen. No metastases were evident. The patient made a good postoperative recovery and remains well eight years later on a gluten free diet. normal at this time. He refused haemorrhoidectomy and after conservative management in hospital was discharged on iron. Two years later after another episode of rectal bleeding, his haemoglobin was 6.6 g/dl, but he also complained of 10 kg weight loss and episodes of diarrhoea during the preceding year. A barium follow-through showed appearances suggestive of malabsorption, and a jejunal biopsy confirmed the diagnosis of coeliac disease. He responded clinically to a gluten free diet. He did not attend for follow-up, but it is known that he remained well on a gluten free diet for six years, after which he reverted to a normal diet. Vtmol/l, a raised alkaline phosphatase, and raised transaminases. She was allowed home on a gluten free diet and appeared to respond, as at outpatients, one month later, bowel symptoms had improved, she was more energetic, and liver function tests were improved.
However, after another four weeks she again became unwell with deepening jaundice. A barium follow-through revealed a filling defect in the second part of the duodenum and on repeat endoscopy a lesion was seen, which had obviously been missed on the previous examination, which biopsy showed to be an adenocarcinoma. Laparotomy was performed and the tumour resected, but there were liver secondaries, and lymph nodes were involved. She deteriorated postoperatively and died six months later.
In summary, all had long histories of malabsorption ranging from nine to 40 years. Histological evidence of coeliac disease was obtained in three patients (cases A, B, and C) at least five years before the diagnosis of carcinoma. With regard to a gluten free diet, patients A and B responded satisfactorily for some years, patient D appeared to experience a transient improvement in symptoms, while patient C responded to gluten withdrawal and steroids. None of these patients had repeat jejunal biopsies performed while they were taking a gluten free diet.
Review of reported cases
The 14 cases previously reported are reviewed in Table 1 , 12 were male and two female, with an age range at the presentation of malignancy from 37 to 74 years (mean 60 years). Seven had long histories of malabsorption ranging from seven to 30 years, well before symptoms attributable to malignancy arose, while five had shorter histories of two years or less. In this latter group there was no history suggestive of coeliac disease before the development of symptoms attributable to malignancy in four of the patients, but three of these had biochemical evidence of malabsorption at presentation.
Histological evidence of coeliac disease was obtained by peroral jejunal biopsy before the diagnosis of carcinoma in only six patients in the series. These specimens were obtained at a maximum of eight months before the diagnosis of malignancy, with one exception where a biopsy was done seven years before a carcinoma became evident.4 In one patient a characteristic flat biopsy was obtained after resection of the tumour.5 In the majority of patients histological diagnosis was made on specimens of small bowel resected at operation and case reports comment that these were flat throughout their length, or at sites well removed from the tumour.
FEATURES AT PRESENTATION
An analysis of presentation in the 14 reported cases together with our own four patients is shown in Table 2 . Anaemia occurred in 12 patients and was often associated with occult gastrointestinal blood loss. Intestinal obstruction was a common presentation and an abdominal mass was found in four individuals.
In investigating these cases, nine barium followthrough examinations were performed, all of which were helpful in leading to the diagnosis of malignancy. In eight the lesion itself was seen as a constant 
Discussion
While malignancy not uncommonly complicates coeliac disease'15, it is surprising that the mucosa of the upper small bowel, which is severely abnormal in untreated patients and with histological features of premalignancy,35 should so rarely be the site of carcinoma. In a review of malignancy occurring among a large series of patients with coeliac disease reported from one unit and followed for many years, no examples of small intestinal carcinoma were encountered.' However, whether those cases which have been reported represent a significant increase over the very small numbers expected to arise in the general population is at present undetermined. In the general population the incidence of small bowel cancer is low in contrast with the stomach and colon. Several explanations have been put forward. It has been suggested that the mucosa of the small bowel may be less exposed to carcinogens than elsewhere in the gut because of the fluid nature of the intestinal contents and rapid small intestinal transit.16 Other factors of importance may be the relative sterility of this part of the bowel and possibly protective immunological mechanisms.'7 These factors may also be important in protecting the jejunal mucosa in coeliac disease, and, in addition, the increased turnover of the epithelial cells which occurs may be advantageous by rapidly eliminating malignant or potentially malignant cells before they become established. From Some helpful pointers to the diagnosis have emerged from this study. Anaemia is often marked and in some patients gastrointestinal blood loss appears to be the major contributing factor. Bleeding presumably occurs from the tumour itself. It is clearly useful to test for blood in the stools of all patients suspected of the diagnosis. The presence of an abdominal mass suggests carcinoma rather than lymphoma, as in one group of coeliac patients who had developed lymphoma, none had a palpable abdominal mass.25 The profound muscle weakness which commonly accompanies the lymphoma complication25 was not prominent among the present series.
Barium studies were most valuable in detecting a lesion in this study, which is in contrast with lymphomatous involvement of the gut where radiology is often unreliable.15
While the outlook for coeliac patients who develop small intestinal lymphoma is very poor, if a carcinoma is diagnosed early and the tumour has not metastasised, survival may be prolonged, as in one of our patients who is well eight years after resection. 
